Family History.-Family history of haemophilia can be traced back for six generations; mother of patient is one of thirteen children, two sisters had male children all of whom died from haemophilia; two sisters had male children not affected by the disease; four brothers have died from haemophilia, the remainder are alive and one brother has male children not affected.
Condition on Admission. -March 3, 1930 . Fusiform swelling of right knee: skin hot and joint painful. Moderate effusion into joint and definite synovial thickening. Quadriceps were wasted and joint held in 25 degrees of flexion; all movements painful.
Skiagram showed some backward displacement of the tibia; otherwise normal. Blood: Red cells, 4,680,000; blood platelets, 244,000 per c.c. Coagulation time 9 minutes 45 seconds (by Dale and Laidlaw's method), (normal 1 minute 45 seconds).
Present Condition.-The limb was treated on a Thomas splint with weight extension (4 lb.) and now the swelling has subsided and the tibia is in more accurate alignment with the femur.
I have seen a few cases of hwemophilic knee, and my impression has been that the knee did not become disorganized until much later. We shall now put the leg in plaster of Paris. The last case of this kind which I treated was at Great Ormond Street Hospital, and we had to keep the knee in plaster for two years before the condition finally ceased to flare up. The patient bled chiefly from the lip; the present patient bleeds from the nose; he has had two epistaxes while in hospital. -The right knee-joint appears to be normal except for a curious abnormal movement on the outer side of the joint on flexion and extension. There is no pain except after the leg has been rested for some time.
On flexion just beyond a right angle there is a sudden jump on the outer side of the patella; on extension again the knee jumps into valgum just before full extension is reached.
Is it worth while to operate in such a case and to remove the cartilage? Personally I think it is. The earliest case I have seen was in a child, aged 6, and I watched the condition for two years before operating. The child eventually came back with fluid in the knee, and then I operated. I found that only the anterior half of the external cartilage was present. Removal cured the patient. I have dealt with about eight cases of lesions of cartilage of the knees in children. Almost invariably in children the external cartilage is the one at fault. In several of the cases in this small series there were abnormal cartilages, and some showed damage in addition. In two the external cartilage formed a disc right across the outer half of the joint. I have seen two cases in which the cartilage appeared to turn up to join the femur opposite the external lateral ligament. In the case shown the click obviously occurs in the outer half of the joint and can be located with greater ease than usual. The discs are very white and clear cut, but the blood-vessels on the discs and in the fundus appear to be quite normal. There is no trouble at the macula or the fovea. I first saw the case in October, when there was a slight pallor of the discs, and since then the condition has become progressively worse, with a tragic loss of sight. In a child of this age primary optic atrophy is rare, and we have not found any cause for it. Skiagrams show that the sphenoid region and the optic foramina are normal. There are no physical signs of disease in the general nervous system; therefore it is unlikely that the condition is associated with some obscure nervous disease. The child shows no signs of congenital syphilis, and the Wassermann reaction is negative; the parents are British and there is a good familv Ihistory. There seems to be no obvious cause for the optic atrophy.
Double Primary Optic
Discussion.-Dr. SHELDON said that the possibility of cerebromacular degeneration should be ente4tained, as the eye changes in that disease might antedate the cerebral changes by two or three years. In two or three years' time this child might develop signs of cerebral degeneration. In cerebromacular degeneration one saw a speckling of the retilna, and on two examinations of this child's fundi he thought he detected some fine brown dusting of the retina. Until the cerebrospinal fluid had been Wassermann tested, the possibility of juvenile tabes could not be excluded; that was a more common condition than cerebroinacular degeneration.
Dr. G. DE M. RUDOLF asked whether a Wassermann test was performed on the serum after a provocative dose of novarsenobillon. Many cases of congenital syphilis gave a negative Wassermann reaction, but after a dose of novarsenobillon the Wassermann reaction might be either doubtful or positive. Dr. WHITTINGTON (in reply) said he agreed with Dr. Sheldon that in cerebromacular degeneration the changes in the macula might precede the degeneration of the higher nerve centres, but in the present case there was a very definite primary optic atrophy, with doubtful pathological signs at the macula. He did not see how optic atrophy could be explained when the macula seemed normal. Central vision was normal, and the boy could see greens and reds well, and he saw better in a bright than in a dull light. All those facts meant that the macula was functioning well.
As to the possibility of the condition being juvenile tabes, it seemed doubtful whether primary optic atrophy of progressive nature could go on as a local disease without giving somne signs in the general nervous systein. No provocative injection had been given before the Wassermann test was made.
